THREE cases of new growth in the region of the jugular fossa, middle ear, and vertical portion of the seventh cranial nerve, have been under my observation in the last three years. The similarity of history, situation of disease, symptoms and clinical progress was striking, and indicated that the factors of incidence and progress must have been the same in all three.
In the early stage of the disease, when symptoms would be slight and progress slow, the diagnosis might easily be "unexplained deafness " or "facial paralysis." In the later stages, as in Case I (Mrs. C.), the diagnosis would be "gross malignant growth involving several cranial nerves, with a readily bleeding polypus in the ear." In one of the thre3 cases the diagnosis was cerebello-pontine angle tumour, and perhaps some of the failures to find an acoustic tumour may be due to such a mistake.
Case I, Mrs. C., aged 30. Admitted to King's College Hospital, London, July 22, 1926, suffering from severe pain of left side of head and profuse hEemorrhage fromn left ear. She was six months pregnant.
History.-After influenza in 1915 she had had severe vertigo (? direction of fall) lasting some weeks; she needed help when walking. No vomiting. Gradually recovered completely.
Early in 1916 had a severe blow on the head by a fall from a tramcar. Not unconscious, and walked away to do ordinary day's work. A few weeks after the injury twitching of the left side of the face began. In June, 1916, was admitted to a hospital for nervous diseases.
A few days ago the Registrar of this hospital kindly sent the following abstract of the notes made at that time: "Complete paralysis of left side of face and complete paralysis of left half of palate, and left sterno-mastoid muscle. Tongue protruded to left and left somewhat wasted. Reflexes and gait normal. Cerebrospinal fluid normal. Complained of noises in left ear; left ear very deaf. Spontaneous nystagmus to the right; nil to the left." Diagnosis at the hospital : "Tumour of left cerebello-pontine angle." On admission to King's College Hospital she was very ill from pain and loss of blood. The attacks of pain and bleeding had come on about four months previously but there had been no disturbance in the ear from the time she left the other hospital until recently-a period of nearly ten years. Large firm polypus blocked the deep meatus. No purulent discharge, or history of such discharge.
Seven tubes of 8 mgm. radium were placed in the wound cavity. It was hoped that the operation would help the patient over the next three or four months. She had complete relief.
Readmitted December 8, 1927, for plastic operation and repair of ugly hole in mastoid.
Patient now shown, 3i years after operation. The radical mastoid cavity is quite dry.
The paralysis remains as at time of operation, but there has been no sign of recurrence, no pain and no bleeding. Case II, Mr. B. Abstract of notes, January 10, 1928: Paresis right side of face, five weeks. Deafness in right ear for three years, has gradually become worse. No pain or discharge. Tinnitus puffing in right ear; began one year ago. Not the slightest giddiniess.
Accidents.-Has had three concussions, never causing bleeding from ear. There was a conical red mass in the middle ear, arising from the floor in the posterior part of the cavity.
Weber to right. Bone conduction good in both ears. Rinne: Right, air and bone conduction almost equal at 90 d.v.; left, positive to all tones. Low-tone limit: Right, just hears low limit; left, hears limit well. High-tone limit (monochord) : by air conduction, bone in region of jugular foramen. The patient was distressed by pain and worried by the obvious progress of the disease in so short a time. November 29, 1927: Operation for removal of growth as far as possible, and for implantation of radium. The external carotid was ligatured. The lateral sinus was sought for, but seemed to have disappeared entirely. By keeping in touch with the dura mater of the posterior fossa, the cyst was reached fairly easily.
I have not described the operation in detail, as I think it might be very much improved.
In attempting to remove the cyst an opening was made into the subarachnoid space. This caused a great deal of trouble. Cerebrospinal fluid leaked out for six weeks afterwards. In the preliminary part of the operation I made a periosteum flap, which was very useful against the opening of the dura. The radium was put in at time of operation, and the wound packed with specially prepared iodoform gauze.
After receiving Dr. Creed's report of the microscopic section, it was decided to apply the radium again.
The result was very slow, weak healing; intermittently, for about a year, small pieces of necrosed bone appeared.
The wound has now been soundly healed for some time. There is no evidence of recurrence of the disease two and a half years after operation.
We may note the points of obvious similarity in these three cases: Injury. In all three there was a history of severe injury to the head. Neither Mrs. C. nor Mrs. N. had been unconscious, but Mr. B. had been so on three occasions. There was no bleeding from the ears at the time of the accident in any case. Mrs. C. had a severe attack of vertigo before the accident.
Deafness.-The first symptom in all three was a middle-ear deafness and the next was tinnitus. These symptoms increased and in the advanced stage certain cranial nerves became affected.
Seventh Cranial Nerve.-Spasmodic twitching of one side of the face was the first indication of affection of this nerve in the cases of Mrs. C. and Mrs. N. This was followed by complete lower neuron facial paralysis. In Mr. B.'s case the paralysis was not complete when I examined him and he had not had a spasmodic stage.
Other Cranial Nerves.-The facial paralysis was followed, in the cases of Mrs. N. and Mrs. C., by paresis or paralysis of the palate, larynx, trapezius, etc., on the same side. Mrs. C. shows the persistence of these effects, though the tongue has recovered to a great extent.
Tympanic Mllembrane: Middle Ear.-Mrs. C. was seen at an earlier stage in 1916 at a hospital for nervous diseases. She complained of deafness and tinnitus in the left ear. The tympanic membrane was described as normal. Paralysis was found on the left side of the face, the left half of the palate, the left half of the larynx, left tongue, left sterno-mastoid, trapezius.
The deafDess and tinnitus indicate that probably the middle ear was affected by the neoplasm, though no change in the tympanic membrane was noted. The later stage of the case was seen at King's College Hospital; then there was a polypus plugging the meatus, and it was the bleeding from this that first-in all those yearswarned the patient of a change. Both Mrs. C. and Mrs. N. were examined in an early stage and the appearances of the neoplasms in the middle ear were very similar and characteristic in the two cases. A small bright red conical mass appeared in the postero-inferior part of the middle ear as if pushing through the floor. In Mrs. N. the tympanic membrane could be moved on this red mass by means of the Peters speculum. Mrs. N. did not reach the advanced stage attained by Mrs. C., but showed in some degree the paresis described. After operation the tongue, palate and larynx improved. $kiaqram.-Another feature of great similarity was the X-ray picture in the two cases (those of Mrs. N. and Mr. B.) examined. Dr. Graham Hodgson has demonstrated that in these two cases the neoplasm is in the same anatomical position. There are sufficient facts to allow us to deduce that in these cases the disease must have begun from the same point, extended in more or less the same direction, and affected the same structures.
The early appearance of the tumour in the postero-inferior part of the middle ear, with the affection of the seventh cranial nerve at about the same time, indicates the point of incidence very accurately, especially as we know that middle-ear deafness and tinnitus have appeared in all three cases before the affection of this nerve. I venture to suggest that the probable point of incidence is in the outer wall of the jugular fossa, in close relation to the inner wall and floor of the middle ear, just in front of and internal to the seventh nerve.
The growth, in extending through the jugular fossa, would involve the other cranial nerves and obliterate the lateral sinus.
The cyst as found at operation in Mrs. N.'s case, was in relation with a considerable area of dura mater above the region of the jugular foramen; the floor was on soft tissue; the roof was in relation to the under surface of the labyrinth and middle ear. It seemed to reach as far forward as the internal carotid artery and my impression was that it extended inwards, in contact with the dura mater, to 63 1227 about the internal auditory meatus. The seventh cranial nerve was in or just inside the outer wall of the cyst. Pathology.-In both Mrs. N.'s and Mrs. C.'s cases there was found at operation a cyst containing a thick, dark, blood-fluid. The inner surface of the wall of the cyst (Mrs. N.) was of a bright canary-yellow colour and had a granular surface. The wall was a definite structure and a great part of it was removed. Dr. Creed, Director of the Pathological Department, King's College Hospital, reported as follows:
" The piece of tissue is sarcomatous. The cells are spindle-shaped, and show considerable variation in size. The chromatin network of the nuclei is prominent, and several mitotic figures were seen. There is a fine fibrillary stroma separating the cells. The vessels are badly' formed, and in many cases appear to be lined by tumour cells. There has been much extravasation of blood. In addition to the sarcomatous tissue, there are also present one or two fragments of stratified epithelium. The cellular character of the growth, the evidence of nuclear activity and the badly formed vessels leave no doubt as to its sarcomatous nature, but the histological appearances do not suggest that it is a very rapidly growing tumour."
The history of severe injury to the head in all three cases suggests that the cyst was in some way due to injured blood-vessels and was innocent, but in the meantime I am inclined to regard the condition as of low malignancy until there is positive evidence that it is innocent.
Prognosis.-The neoplasm is very slow-growing; in Mrs. N.'s case the advanced symptoms did not appear for six years and in Mrs. C.'s case for ten years. The clinical progress of these cases suggests very strongly that these neoplasms will continue to grow and ultimately cause such damage as that found in these two cases, though it may take years to do so. In untreated cases we can imagine even more distressing symptoms than those recorded here. It might be contended on good basis that it would be better to avoid any active treatment of a disease which for many years may not do more than cause some deafness and paralysis of the seventh nerve. Again, it might be suggested that one should wait until the advanced stage before attempting to destroy the disease. Lastly, it might be thought best to adopt a method of treatment that seemed to offer some chance of delaying progress or even of destroying the disease whenever diagnosed. Having watched the clinical progress of these three cases and seen the distressing condition in the advanced stage, I am convinced that the disease should be attacked by operation and radiation as soon as the diagnosis has been made, especially if that diagnosis is clearly supported by X-ray examination. The mistakes made in the operations in the two cases quoted were due, perhaps, to attempting too much. The experience of the operations and the study of the anatomy of the region suggest that our object should be to expose all parts so as to allow the intimate and accurate application of radium, and not to endeavour to remove the whole growth.
The following is a rough plan of the operation which would seem to give the best approach and provide the effective protection afterwards: Make a skin-deep incision, '± in. behind the pinna following the curve of attachment of the pinna, and on reaching the point above the pinna extend upwards for about an inch. Another horizontal incision backwards from this point, about the level of the upper limit of attachment of the pinna, will be needed for a free exposure. Reflect the skin and cut a periosteal and muscle-flap with an antero-inferior base by an incision from a point just behind the mastoid process, extending upwards and backwards to about the occipital crest, from this an upward curved incision would be made forward to a point just above and in front of the pinna.
An extensive Schwartze operation would be performed, exposing the lateral sinus, the dura of the posterior fossa, external and internal to the lateral sinus. If not obliterated by disease, the lateral sinus should be blocked off.
In the two cases operated on, the seventh cranial nerve was regarded as destroyed, and therefore not to be considered in the operative procedure. In an early case an endeavour might be made to get between the nerve and the dura to the cyst, and thus perhaps save the nerve. It does not seem necessary to ligature the external carotid artery as was done in these cases. The radium would be placed in position at the completion of this stage of the operation.
The flap must be carefully protected from the radiation whilst the radium is in position.
In the final plastic operation the upper part of the attachment of the base of flap would be cut through to allow the flap to reach the deep parts of the wound.
The object of this paper was to draw attention to a syndrome common to three cases, and to suggest that it is probable there are other similar cases. As there is a history of severe injury of the head in all tbree, and as there are more fractures of the base of the skull in recent years, perhaps we may see cases with similar syndrone more frequently.
I have to thank Dr. Creed for his valuable opinion on the microscopic section of the cyst wall, and Dr. Graham Hodgson for his very helpful radiograms.
DicusU8ion.-Mr. ALEXANDER TWEEDIE said that Mr. Jenkins had modified his title by drawing attention to the constant and important factor of trauma, whilst the cystic appearance certainly suggested some underlying vascular lesion. Could Mr. Jenkins say whether there was a definite sarcomatous element in the cases in which he had operated ?
Of the three cases described, he (Mr. Tweedie) had had the privilege of seeing one in November, 1926, some fifteen months before Mr. Jenkins saw it. The patient had consulted him with regard to tinnitus in the right (affected) ear of about two months' duration. There was then no sign of facial paralysis. On this occasion the appearance of the membrane was similar to that described by Mr. Jenkins, but as there was a chronic nasopharyngitis, palliative treatment was prescribed and further examination of hearing was postponed. However, for conversation, the patient's range for hearing on each side was at that time well up to the standard for his years.
He (Mr. Tweedie) had not seen him again until after he had consulted Mr. Jenkins, when he was able to complete the examination of the auditory and vestibular nerves, and was unable to detect any obvious abnormalities in either. At the same time he had noted that the injected area was mobile with the membrane on aspiration and could be displaced outwards after catheterization. He had only seen the patient about five times since and could not at at first detect any alteration except that the facial paralysis had become definitely established. During the last year, however, the hearing had gradually decreased, while more recently the lesion of the membrane had extended. It was important to note, with regard to the character of the lesion, that this patient, even during the present season, was hunting four days a week and tiring three or four horses each day.
These cases must be extremely rare; he (the speaker) had only seen one other. The patient was a heavily built elderly man, living a sedentary life, who consulted him on account of deafness of the old age type. However, he had noticed a similar triangular infiltration and injection of the membrane with its apex at the umbo and its base at the periphery. The patient, when questioned, did not admit any history of accident, but at a second visit, produced a broken bowler hat, which he said was the result of a severe fall on the back of his head on a slippery day. This fall had apparently caused a transient concussion. So far as he (Mr. Tweedie) knew at present, there were no further developments in this case.
The first case Mr. Jenkins had shown consituted a complete claim for the operation performed. The lesion, however, was apparently such a slowly progressive condition that he could not help feeling that the advisability of operation merited careful consideration. Mr. HAROLD KISCH said he was greatly interested in the syndrome which Mr. Jenkins had described, because he (the speaker) had now under his care a case presenting a somewhat similar nerve involvement, though in this case the disease was tuberculosis of the petrous bone. The patient had come to hospital complaining of hoarseness, and the right vocal cord was found to be paralysed. Projecting from the right external meatus was a large polypus:
there was no pus. The right trapezius was weak, but the patient said that the right side of the shoulder had always been so. The polypus was removed with difficulty, for microscopical examination. There was much bleeding, and the results of the examination were unsatisfactory. It was therefore decided, thinking the condition might be malignant, to explore the mastoid and middle ear. Both mastoid and antrum were normal, but when he (Mr. Kisch) tried to expose the meatus and middle ear it was almost impossible to do so, owing to the mass of material present. He removed the bridge so as to get a better view, and the whole middle ear was seen to be filled, but the appearance did not suggest to him malignant disease. He removed some portions and closed the wound. Sections of the material showed definite giant-cell systems. Dr. Graham Hodgson took skiagrams, without being told the clinical facts, and he reported that the appearance suggested an eighth-nerve tumour. While the patient was in hospital, definite weakness of the right side of the tongue had developed, with weakness of the right side of the palate. The patient had since returned to work, and had been instructed to lead an open-air life. There was still paralysis of the right vocal cord, tongue and palate, though the general health was very much better. He considered that he was justified in regarding the condition as tuberculosis of the temporal bone, with pressure on the jugular and anterior condylar foramina.
Another case he remembered was one of a man who a few years ago, had a tumour in the middle ear, on the other side of the membrane, and he thought it was malignant. Mr. Wyatt Wyngrave described the portion removed as mes-endothelioma. It was before radium was obtainable at the hospital in any quantity, and the patient was set aside to await his turn for it. He did not turn up when sent for. Seven months afterwards he came with a note from the Middlesex Hospital, where the condition had been diagnosed as an acute mastoid. He had facial paralysis and a large swelling in the mastoid region. He had intracranial involvement, and died shortly afterwards. That case showed that malignant disease of the temporal bone might take a different clinical course from that described by Mr. Jenkins.
Mr. W. A. MILL said that a case of Mr. Layton's which he (the speaker) had seen several times, seemed to be similar to those described by Mr. Jenkins. The patient was a man aged 32, who attended Guy's Hospital because of deafness and complete facial paralysis. That condition had been coming on for ten years, and had gradually become worse. When he had been in the Army during the late war he could not close his eyes. There was middle ear deafness on both sides. As a child he had had suppuration in both ears, and the tympanum showed scarring. He thought that this accounted for the deafness. None of the other nerves was affected. Dr. C. P. Symonds suggested that there might be a growth at the base of the skull, but the skiagram showed nothing abnormal. The Wassermann reaction was negative. There was no history of any head injury. At the moment the case was being watched.
Dr. DAN MCKENZIE said that from the aural-and perhaps also from the general-point of view, Mr. Jenkins had made members acquainted with something new. Still, he (Dr. McKenzie) wondered whether the novelty did not consist in it being approached from the ear standpoint, as in the sister Section a " Hugh]ings Jackson-McKenzie syndrome " was spoken of, connected with the jugular foramen, and he thought some malignant cases with that syndrome had been described. He did not think, however, that cases had been previously described in which the tumour was in the meatus or the middle ear. Another point raised by Mr. Jenkins' three cases was the occurrence of facial paralysis in connection with the development of growth; it gave one more point to clear up when meeting with a case of facial paralysis.
With regard to malignant disease of the ear generally, the method of treatment would vary according to the type and situation of the growth. In the deep " cases. particularly when malignancy was of a mild degree, radium was obviously the remedy indicated. But when epithelioma occurred on such accessible areas as the pinna, removal by diathermy was indicated rather than radium. He had had one or two cases so treated and they had done well.
If the disease implicated bone, as in the mastoid, he did not think diathermy was good; all the growth could not be removed by it, and it conferred no advantages over ordinary curetting. In such cases again, radium slowed the rate of growth, and gave much relief from pain.
Mr. T. B. JOBSON asked whether there were any eye changes in Mr. Jenkins' cases, and whether the paralysis was due to actual involvement of nerves, or to pressure on them.
Mr. WATKYN-THOMAS said that evidence in favour of malignancy in the three cases described by Mr. Jenkins was afforded by the differences in their course and in that of the serous cyst of the cerebello-pontine angle. In these serous cysts, which were definitely non-malignant, the signs were almost entirely intracranial. Many such serous cysts, had been described, and he did not think that in any of them had there been involvement of the 10th, 11th, or 12th nerves.
He had seen one case in which diathermy had been used for malignant disease of the middle ear. That was a case of Mr. West's that he had seen early in 1915. He believed that the patient was still alive and without recurrence in 1922.
Mr. JENKINS (in reply) said that there had been a severe injury of the head in all three cases. Dr. Creed had described the tumour as a sarcoma. He advocated operation and radium treatment as soon as the diagnosis was made clear.
Carcinoma of the Ear. By E. BROUGHTON BARNES, F.R.C.S.FEd.
ALTHOUGH the title of this paper appears as "Carcinoma of the Ear," I do not intend to include epithelioma of the pinna. Though this seems to be much the commonest form of growth in the ear, it presents no special features and calls only for thorough removal.
I wish to deal with growths arising in the meatus, or deeper in the ear, and with their earliest signs and symptoms, and, particularly, to draw attention to one pitfall in the diagnosis of some of the cases.
My own experience of the condition is limited to three cases, and one of these I saw while I was house-surgeon to Mr. Sydney Scott. I shall cite a few cases from the literature. They are few because (1) I have been under some disadvantage in the search; (2) the condition is rare; and (3) I needed a fairly full report of the history of the case: they are only selected cases in that I have omitted those in which it was not clear what the earliest symptoms were. I have set out these cases in tabular form, showing a few outstanding resemblances. I shall also attempt to show that they fall into two groups.
The fact that they are not picked is important because of the nature of the growth, which in every case, except two, was reported as a squamous-celled epithelioma. The exceptions were reported as squamous adeno-carcinoma and rodent ulcer.
C. E. West used to call attention to this point and urge therefore that the growth began in the meatus or on the tympanic membrane, even in those cases reported as carcinoma of the mastoid. The ninth case may be regarded as supporting this contention. There was definite thickening of the roof of the meatus with some nodular granulations which appeared suspicious in view of the history. The section report was papilloma. Eleven months later the mastoid was full of growth, with an intact membrane and a meatus apparently normal so far as growth was concerned. Sir Charles Ballance's case supports this view to some extent as showing how readily the mastoid becomes involved. I would suggest, however, that the squamous-celled epithelioma may originate in the mastoid itself in cases with long-standing middleear suppuration, since we know that in such cases the epithelium of some part of the mastoid often becomes stratified. In the seven cases in which this point can be considered, five had had long standing aural discharge.
With regard to early symptoms, in these ten cases four symptoms occurred especially frequently-pain, facial paralysis, granulations and a tendency to bleed.
Pain is specially mentioned in nine cases; in every case it was noticeably severe. Facial paralysis occurred in seven of the ten before the patient was. examined. In two it was especially stated that the onset of the paralysis coincided with the onset of pain. In two more cases facial paralysis occurred soon after an exploratory operation. There was facial paralysis during the course of the case in nine cases out of ten. In three of the cases in which paralysis was an early sign, it. was only partial for many weeks.
